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There is no hereditary or familial history of similar lesions, nor is there any history of maternal impressions.
I have brought this case up for two reasons. The first is to ask suggestions in regard to treatment, as a giant nmvus is a terrible deformity, especially in the case of a female, and I am most anxious to hear from the surgical and medical members what they would suggest. In the second place a giant naevus is one of the curiosities of medicine, and when it does occur its distribution is usually in the " bathing drawers" area, i.e., the lower part of the back, abdomen, buttocks and the upper third of the thighs. The distribution in the present child is that for which the late Dr. Leonard Guthrie suggested the name "tippet navus." Eleven years ago' I showed before this Section a similar case and one that was even more extensive, and the consensus of opinion then expressed was that it was best not to do anything, because there is always a danger of setting up malignant degeneration. Dr. Poynton, in particular, on that occasion spoke about melanotic sarcoma developing in such cases. I shall be glad to hear what is the opinion on that point to-day.
Another question of some interest is that of maternal impressions. In the last case there was a marked history of maternal impressions, but not in the present case. In the other case, during the third month of pregnancy the mother was frightened by a black dog attempting to bite her husband. She threw her arms over her head and said "I am certain I shall be marked afterwards." Both husband and doctor mocked at the idea, but at the end of term the child was born with a giant navus. What is the current opinion about maternal impressions ? The President of that time, the late Mr. Kellock, expressed his firm belief in their reality and their power to produce naevi. The literature, too, shows there are many who still believe that; even in the Section of Dermatology cases of the kind have been recorded.2 There is one rather ingenious theory which was put forward by Bresovsky,3 namely, that for a giant neavus to occur, there must be a twin ovum; that the violent shock produced by the maternal impression causes a reflex contraction of the uterine muscles which breaks up one ovum, and the partially obliterated ovum is transplanted on to the other, so that a person with a giant navus bears on his surface a portion of his submerged twin brother. I leave you to decide what that theory is worth. Dr. J. K. BARTON said that if this case were a private patient of his he would take it to the Radium Institute, as the staff there had had such a wide experience of such lesions, and would know what were the dangers of malignant degeneration. 1 Proceedings, 1914, viii ( Sect. Dis. Child.), p. 11. 2 Proceedings, 1911-12, v (Sect. Derm.), pp. 118-119. 3Pest. Med.-Chir. Presse, 1908, xliv, p. 977. Two Cases of Abnormal Osteogenesis in the Same Family.
THERE is no history of nervous or osteogenetic defect in any other member of the family, but the parents are first cousins once removed. There is one older child, 21 years, healthy, and there was one miscarriage before the birth of the elder of the two patients. There is no evidence of syphilis.
W. S., the elder of the two children, is a girl 17 years of age, her general health is good and she is of more than average intelligence. She appeared healthy at birth and continued so till the age of 1 year when symptoms of general tenderness developed and a diagnosis of infantile scurvy was made. The feeding had been breast (three months) and subsequently " scalded" milk.
Walking was delayed and commenced in a clumsy, ataxic manner at 2 years, but there was much swaying and swinging of the arms to maintain balance. There was delay and difficulty in starting vo]untary movement, somewhat the same as occurs in myotonia congenita (Thomsen's disease).
At 4 years of age the left leg was discovered to be i in. shorter than the right.
Later, lateral curvature, lordosis and thoracic and pelvic deformity developed, which were appropriately treated by surgical apparatus.
Skiagrams show these deformities with early fusion of the epiphyses. Menstruation commenced early (at 11 years). The disease, which was progressive up to the time of puberty, has since abated.
The patient has been examined from time to time by competent pediatric, orthopadic and neurological authorities, and the condition has been variously diagnosed as scorbutus at 1 year, rickets at 3 years, thyroid defect at 5 years, pituitary defect at 6 years, progressive muscular atrophy with sclerosis of cord at 7 years, myopathy at 7 years, osteomalacia at 11 years, parathyroid defect at 16 years, and various methods of treatment appropriate to these conditions have been applied without any obvious benefit. G. S., brother of the foregoing, is 11 years of age. He was born with contractions and flexions of the lower extremities. As these could not be straightened tenotomies were performed and repeated at the ages of 13 months and 5 years. At 6 years of age the same deformities of the spine, thorax and pelvis were noticed as in the case of the girl, and the same delay and difficulty in starting voluntary movements. Fractures took place in the long bones, clavicle and patella. The boy is now in good general health and he can get about by means of two sticks. His intelligence is good. The external genitals are hypoplastic and the testicles uildescended.
There is considerable similarity between these two cases, though the girl shows sexual precocity while the boy exhibits rather the reverse. There is no premature fusion of the epiphyses in the boy, but there have been several fractures of bone. Neither case appears to fit in with a progressive muscular atrophy nor with a myopathy.
Although there is in both cases considerable softness or brittleness of bone, in neither case does the skiagraphic picture present the appearance of rickets.
There is no evidence of syphilis, and the fact that there is an older child, 21 years of age, who is healthy, makes familial disease rather doubtful. The bloodpressure has not been tested. The possibility of connexion with pituitary defect is strengthened by X-ray evidence that the pituitary fossa is somewhat enlarged in the girl and somewhat small in the boy.
Discussion.-Dr. F. PARKES WEB3ER said that an extraordinary developmental disturbance of this kind in brother and sister must be due to some similar endocrine factor at work in both of them. He (the speaker) suggested that in both these patients there was over-action of the suprarenal cortex, accompanied by cortical hyperplasia and possibly by a cortical adenoma. With that view corresponded some of the main features of both cases. First, there was the obesity with hypermmic face in both brother and sister. Secondly, there was the softness of the bones, a condition that might be associated with hyperplasia or tumour of the suprarenal cortex. He was sorry that the blood-pressure had not been taken; he expected it would be proved to be relatively high in both cases for their ages. But the most important point, in his view, was that, as far as he knew, there was only one endocrine disturbance, which, occurring in early life, might produce smallness of the testicles in the male, and precocious menstruation in the female, namely, an endocrine disturbance connected with hyperplasia or tumour of the suprarenal cortex. One kind of endocrine disturbance might of course be associated with others, and that might be so in the present cases. Dr. F. J. POYNTON said one of the disturbances with a disorder of bony growth not mentioned was arachnodactylia. He had seen disturbances of the growth of the bones of the pelvis and of the long bones, which were interesting to compare with the cases now brought forward by Dr. Pritchard.
Dr. L. MANDEL said that in both photographs the pelvic deformity was practically the same, and he supposed the gait was identical in both. It would be interesting to know whether, when they started to walk, they originally had the same kind of gait. The deformity being on one side only, he gathered, was purely a static result.
Dr. ERIC PRITCHARD (in reply) asked whether Dr. Parkes Weber considered it likely, on the supposition that the cause was a suprarenal condition, especially an adenoma, that the disease would have been arrested. It seemed to him (the speaker) to be a disease of abnormal development, and now that the girl had reached puberty, the process seemed to have come to an end. Both of the children were very intelligent, in spite of their physical disabilities, and the girl was beginning to earn her own living. If the blood-pressure had been high it probably would have produced irritability of disposition; the two children were both very placid and even-tempered. They had been treated in a variety of ways, under the impression that some endocrine defect was present, and for some time interest had centred around the parathyroids. As far as he knew, the treatment by organo-therapy had had no appreciable effect.
Case of Amyotonia Congenita.
By ERIC PRITCHARD, M.D.
H. C., AN infant 3 months old, suffering from symmetrical atrophy and atonicity of muscles since birth. All muscles except those of the face appear to be involved. The intercostal muscles are practically functionless and respiration is almost wholly diaphragmatic. Deep reflexes are absent, but the muscles react feebly to galvanic stimulation. The reaction to faradism is sluggish. The proximal movement of joints is affected more than the peripheral. The wrists and fingers show slight movement, also the toes and ankle-joints. The diagnosis between amyotonia and the spinal type of progressive muscular atrophy (Werdnig-Hoffmann) is open to doubt.
Recently there has been a slight improvement in the movement in the proximal parts of the limbs. It is not a familial condition; it is a purely sporadic case. I should be glad of any suggestion for treatment, electrical or otherwise.
Dr. C. WORSTER-DROUGHT suggested that the case was one of progressive spinal muscular atrophy of Werdnig-Hoffmann type. Apart from the general appearance, the degree of muscular atrophy far outweighed that of the hypotonus. Other features in favour of a diagnosis of progressive muscular atrophy were the tendency to double maini-en-griffe and the extent of involvement of the intercostal muscles. In amyotonia congenita the intercostals were rarely and very little affected. Brief Note on a Case of Hemiatrophy in an Infant.
IT is a question whether asymmetrical development on the two sides of the body means hypertrophy of one side or atrophy of the other. This case is that of a child a vear old, who was brought to the Infants Hospital in a condition of malnutrition. After it had been in hospital a few days it was noticed that there was asymmetry. This was complete, in that the head, chest and femur were all smaller on the left side. The child had other defects, and subsequently died, and we were unable to secure a post-mortem examination. This child had a curious symptom which may help one to decide whether such cases should be regarded as hemiatrophy or hemi-hypertrophy, namely, that on the atrophied, or smaller, side the child sweated profusely. It sweated a little on the other side, but at times this sweating was completely unilateral on the atrophic side, the line of demarcation being very distinct on the forehead and the chest. Excessive sweating is presumably a pathological symptom, and it would be curious if this pathological symptom should be confined to the normal side.
I had hoped that Mr. Lockhart-Mummery would have been here to defend the other view, namely that the abnormal side is the hypertrophic one. I have had a case like his in which the whole condition has completely disappeared. I saw the case in question fourteen years ago, when the boy was 4 or 5 years of age,
